How to cite this article: Gupta R, Gupta AK. Sacrococcygeal teratoma with unilateral renal agenesis, spinal dysraphism, lumbar hernia, CTEV and natal teeth. Formos J Surg 2019;52:235-8.
INTRODUCTION
Sacrococcygeal teratoma (SCT) is the most common congenital tumor in the newborn. [1] Presence of unilateral renal agenesis (URA) with associated SCT has been reported only once in the medical literature till date. [2] We present herein rare association of unilateral renal agenesis, spinal dysraphism, lumbar hernia, congenital talipes equino varus (CTEV), and natal teeth associated with SCT in a male neonate which has not been reported previously. We also explain the possible embryopathogenesis of this rare association in our patient.
CASE REPORT
A 26-day-old male baby, weighing 2400 g presented to pediatric surgery department with a sacrococcygeal lump along with swelling in the left lumbar region [ Figure 1 ]. The child was born at term by vaginal delivery, third in birth order, and born to nonconsanguineous parents. There was no previous maternal medical ailment and antenatal history was unremarkable. There was no evidence of congenital malformation in the family. The maternal prenatal ultrasonography (USG) was not performed due to resource limitations and noncompliance of the mother in the prenatal period.
On general examination, the patient was stable, mildly dehydrated with respiratory rate of 40/min and pulse rate of 140/min. There was no facial dysmorphism. Two natal teeth were seen along with ulceration of under surface of tongue [ Figure 2 ]. Abdominal examination revealed a 5 cm × 3 cm × 2.5 cm soft, nontender, reducible swelling suggestive of the left lumbar hernia [ Figure 1 ]. Perineal examination revealed a 4 cm ×3.5 cm mixed (soft to fir m) consistency, nonfluctuant, ulcerated (1 cm ×1 cm) swelling (infected) suggestive of SCT [ Figure 1 ]. Both feet had CTEV deformity with right more than left [ Figure 2 ]. There was no apparent spinal abnormality [ Figure 1 ]. A diagnosis of SCT with unilateral (right) renal agenesis, spinal dysraphism, left lumbar hernia, CTEV, and natal teeth was made. The patient was stabilized, supportive care and preoperative optimization was commenced. En bloc complete excision of SCT with coccygectomy was performed by bilateral chevron incision. Specimen [ Figure 5 ] was sent for histopathological examination which revealed immature Grade 1 teratoma. Postoperative course was uneventful. CTEV is being treated by Ponseti method (casting phase). The patient is being followed up with serial monitoring of AFP levels and ultrasound scans.
Baseline blood investigations revealed

DISCUSSION
Congenital URA is rare and is an incidental finding on radiological imaging. It was seen in 0.93-1.8/1000
autopsies. [2] Male-to-female ratio is 1.8. [3] Left kidney is more frequently involved than right. [2] Right kidney was involved in present case and also in a previous rare association of URA with SCT. [2] URA is frequently associated with other genitourinary anomalies in both females (37%-60%) and males. [2] Associated urological anomalies are absent ureter, vesicoureteral reflux, and ureterovesical and ureteropelvic junction obstruction. The other organ systems involved are skeletal, gastrointestinal, and cardiovascular abnormalities.
Association of URA with Type 4 SCT in a female child has been reported only once in the literature. [2] The occurrence of rare association of URA, spinal dysraphism, lumbar hernia, CTEV, and natal teeth associated with SCT in a male neonate has not reported previously.
SCT is the most common (1:40,000 live births) germ cell tumor in newborns usually presenting with large, predominantly external lesions at birth. They have a female predominance (F:M ratio = 3-4:1). [1] Most of the SCTs are benign and cystic and only 1%-2% are malignant. [1, 2] SCTs are classified into four types according to Altman classification. [1] Our case was Altman's Type 1 (the most common type) having predominantly external component projecting from the sacrococcygeal region; there was absence of intrapelvic component as suggested by absence of pelvic component in USG. [1] CT also confirmed SCT Type I.
SCT may be associated with vertebral (80%), [4] anorectal, and urogenital anomalies (12% in females). [5] Currarino's syndrome is triad of anorectal malformation (ARM), sacral dysplasia, and presacral mass. [6] Association of spinal dysraphism with SCT has been reported rarely. [7] The treatment SCT is early, en bloc complete tumor excision with coccygectomy, followed by a meticulous, extensive microscopic examination for ruling out malignant foci in the tumor. [2] Deep pelvic fascial injury must be prevented for good functional outcomes of the bladder and anal canal. Prognosis depends upon the size, Altman's type, and age at diagnosis (treatment), incomplete surgical excision with the presence of microscopic residues, tumor spillage, coccygectomy, and histological type. [1, 2, 6] Embryological association SCT is believed to arise from embryologically multipotent cells of Hensen's node, which lies within the coccyx. [8] Growth of these primitive pleuripotential cells escapes the control of embryonic inductors and organizers, resulting in development of teratoma. [8] Association of SCT with ARM has been proposed to be due to physical presence of tumor preventing descent and fusion of the urorectal septum to the cloacal membrane, resulting in a high ARM. [9] This theory fails to explain the presence of low ARM seen with SCT. The theory of defective mesenchymal precursor cells (proliferation, migration, and differentiation) from primitive node may explain the presence of associated malformations (related to defective mesenchyme) and presence of SCT. [10] Mesenchymal (epiblasts) precursor cells migrating from primitive node and proximal part of primitive streak lead to the formation of notochord, paraxial and intermediate plate mesoderm. [10] It is believed that the disruption occurs in the proliferation, migration, and differentiation of the mesoderm, leading to the different malformations including that of the VACTERL spectrum. [10] Furthermore, URA results when ureteric bud either fails to develop or fails to interact with the ipsilateral metanephric blastema. [2] Lumbar hernia is also due to defective mesenchyme in the lumbar region. Failure of some of these epiblasts cells to migrate from primitive node will lead to remnants at primitive streak which may persist in sacrococcygeal region as a teratoma. [10] We propose that rare association of SCT with other malformations may be more than a chance association in our patient.
CONCLUSION
Our case is a unique association of URA, spinal dysraphism, lumbar hernia, CTEV, and natal teeth associated with SCT. The theory of defective mesenchymal precursor cells from primitive node may explain the presence of associated malformations (related to defective mesenchyme) and presence of SCT.
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